Two cases of acute intussusception in older children with cystic fibrosis are reported. Both cases presented with symptoms and signs consistent with meconium ileus equivalent, which delayed the final diagnosis. Both cases required abdominal surgery but made full and uneventful recoveries.
Case reports CASE 1
A boy was diagnosed as having cystic fibrosis at the age of 18 months by three positive sweat tests (his sweat sodium concentrations were 100, 100, and 113 mmol/l). He had been on pancreatic supplements since then with daily physiotherapy and regular courses of intravenous antibiotics. He had occasional meconium ileus equivalent, which had always settled promptly on treatment with 50 ml of oral Gastrografm (Schering, a mixture of sodium and meglumine diatrizoate). He was admitted to hospital age 10 years complaining of sudden onset of colicky abdominal pains and loose stools. Abdominal examination was normal. A plain radiograph of his abdomen showed appreciable retention of faeces consistent with meconium ileus equivalent. Gastrografm (50 ml) was given orally. The stools became more loose and more frequent over the subsequent three or four days but no relief was obtained. An abdominal ultrasound was performed which showed considerable constipation. A further 50 ml of oral Gastrografm was given. The next day the patient passed bright red blood rectally. A repeat plain radiograph of his abdomen (with the small bowel outlined by the Gastrografin) showed an obstruction at a point on the right side of the abdomen. A laparotomy was performed and an extensive ileocolic intussusception was found extending into the descending colon. The intussusception was reduced without resection. No underlying cause was found. Postoperative recovery was uneventful and the patient was discharged home two weeks later on normal diet and pancreatic supplements. There was no exacerbation of his chest condition during the illness. A boy was diagnosed as suffering from cystic fibrosis at the age of 6 months by three positive sweat tests (his sweat sodium concentrations were 100, 105, and 108 mmol/l). He had been on pancreatic supplements with daily physiotherapy since then and regular courses of oral antibiotics for intercurrent infections. He had a history of intermittent bouts of abdominal pain with constipation. He was admitted to hospital at age 4 years complaining of colicky abdominal pains and constipation. Abdominal examination was normal. A clinical diagnosis of meconium ileus equivalent was made. Acetylcysteine was commenced (5 ml three times a day). The patient developed loose stools of increasing frequency over the subsequent three days, but otherwise showed no symptomatic improvement. A vague mass was identified in the left upper quadrant which was thought to be faeces. This theory was supported by a plain radiograph of his abdomen. Daily bowel washouts were commenced and the patient's condition improved sufficiently over the subsequent five days for him to be discharged from hospital. The next day he was readmitted with an occurrence of the original symptoms. Examination showed a distended abdomen but nothing else. A plain radiograph of his abdomen showed a complete absence of gas in the splenic flexure and descending colon but no dilated loops of bowel or fluid levels. Abdominal ultrasound showed echogenic masses throughout the colon that were thought to be due to a faecally loaded colon. Subsequent plain radiographs of his abdomen showed dilated loops of bowel and fluid levels. A laparotomy was performed because of the acute obstruction. An ileocaecal intussusception was found with rupture of the apex of the intussusception through the wall of the sigmoid colon. A resection of bowel was performed with ileocolic anastamosis. As the sigmoid colon at the site of rupture was of doubtful viability a colostomy was fashioned with a view to later repair and closure. This was done one month later. His recovery was uneventful. He was discharged on normal diet and pancreatic enzyme supplements and the problem has not recurred. Discussion Acute intussusception is a common surgical problem in the first two years of life but is rarely observed in the older child.2 It is a recognised complication in the older children who suffer from cystic fibrosis and its incidence has been put at 1% with an average age of onset between 9 and 12 years. ' Despite this fact, it is a complication that is difficult to diagnose and is often overlooked. Analysis of organic acids in the urine collected on admission showed a hypoketotic
